porphyrias, including EPP (Bloomer 1976) , and the presence of severe liver damage due to histiocytosis X may therefore be at least partly to blame for provoking the protoporphyria. It is important in assessing this to be sure that there is no evidence of EPP-induced liver disease, because pathognomonic changes have been described in the livers of some patients with EPP (Cripps & Scheuer 1965) and there are several reports of patients with EPP whose disease terminated in liver failure (Bloomer 1976 ). However, a careful review of our patient's liver histology has shown no evidence of EPP-induced changes at any stage. Hepatic fibrosis, cirrhosis and portal hypertension secondary to liver involvement by histiocytosis X have been documented (Grosfeld et al. 1976) , and Leblanc et al. (1981) reported obstructive jaundice in children with this disease. The histological features in our patient suggest that her liver disease was the result of intrahepatic bile duct damage due to histiocytosis X.
The other factor that we believe to be of importance in provoking this girl's photosensitivity is the oral iron therapy. As previously mentioned, Baker (1971) reported a patient with classical EPP in whom oral iron was directly related to exacerbations in her symptoms and also to rises in her blood protoporphyrin levels. In the discussion of that case, which was presented to the Section of Dermatology of the Royal Society of Medicine in 1970, Dr R H Marten commented that he had seen a patient who appeared to improve following venesection. Our patient had a raised serum iron and appeared to improve both clinically and biochemically following withdrawal of iron by mouth. In addition, the reintroduction of iron therapy seems to have provoked further attacks of photosensitivity. This is particularly interesting because iron is intimately involved in the biochemical reaction that appears to be defective in EPP. Most authors state that patients with EPP tend to have low serum iron levels, and iron deficiency can certainly produce an asymptomatic rise in red cell protoporphyrins (Magnus 1976) . However, our case, together with Baker's (1971) suggests that there are some patients in whom iron therapy can have a deleterious effect on both biochemical markers and on the clinical condition.
Hashimoto's thyroiditis associated with dysthyroid eye disease, pretibial myxoedema and thyroid acropachy'
A case is reported of autoimmune thyroid disease (Hashimoto's thyroiditis) in which fluctuating thyroid function was difficult to control until the patient was stabilized on thyroxine following radioiodine therapy. The main symptomatic problems have been due to the classic triad of lesions associated with autoimmune thyrotoxicosis, namely, dysthyroid eye disease, pretibial myxoedema and thyroid acropachy. The management of the dysthyroid eye disease and pretibial myxoedema has been particularly difficult.
Case report A 71-year-old woman presented in 1977 with diplopia due to dysthyroid eye disease, the left eye being worse than the right. Clinically she appeared possibly thyrotoxic, but her thyroid function tests showed a low thyroxine 52 nmol/l (normal range 62-133) and free thyroxine index (FTI) 47 (normal range 53-144), a high normal tri-iodothyronine (T3) 2.7 nmol/1 (normal range 1.3-2.7), normal 99mTc neck uptake at 20 minutes 1.3% (normal range 0.7-3.0%) and a hot area in the right lobe of the thyroid. The thyroid antibodies were positive (tanned red cell titre 1:250, immunofluorescence cytoplasm negative, thyroglobulin positive). She was initially treated with thyroxine. At the time she was noted to have skin nodules in the pretibial region which were similar to those of erythema nodosum, and over the next two years both the eye and leg lesions became severe, the latter developing the typical appearances of pretibial myxoedema.
In February 1978 the thyroid function increased (99mTc neck uptake at 20 minutes 2.8%, total T3 3.8 nmol/l) and subsequently she became hyperthyroid (thyroxine 138 nmol/1, FTI 159, total T3 5.3). In May 1978 thyroxine was therefore discontinued and she was started on carbimazole and propranolol on which she developed a drug rash. Consequently, in July 1978 she was given radioactive iodine therapy. In February 1979 she became mildly hypothyroid and was stabilized on thyroxine 0.1 mg daily.
By 1978 the eye signs had progressed to a state in which she had bilateral tense orbits and her vision was in danger. She was admitted for medical decompression and was treated with high-dose steroids and azathioprine. This produced an excellent regression and three weeks later she was discharged on a lower dose of prednisolone and azathioprine. The azathioprine was discontinued due to neutropenia in 1978, and the prednisolone continued for a further three months.
In May 1980 she was again seen with worsening eye symptoms and signs and deterioration of vision, and was referred for consideration of orbital decompression by surgery. In July 1980 she had a left, per-nasal orbital decompression (Mr John Evans) with a good subjective and objective result. However, her right eye continued to give trouble and in January 1982 she had a right, per-nasal orbital decompression. Although objectively there appeared to be as good a result, she was not as happy with this as the first operation.
The nodular lesions on her shins, first noticed in 1977, were originally thought to be erythema nodosum. She had an episode of 'cellulitis' of the left leg in January 1978, and by February 1978~~~~~~~~~~F igure 2. Lymphadenograph showing multiple small filling defects within slightly enlarged and ragged inguinal and iliac lymph nodes the nodular lesions had become confluent; she was diagnosed as having early pretibial myxoedema (PTM) of the diffuse type. One month later she was treated with systemic steroids for her eye problems and the PTM completely resolved. It recurred about six months later and rapidly progressed to a severe elephantiasis-like form (Figure 1) . In 1981 the patient was admitted for further assessment, and lymphography was performed to exclude lymphoedema as a cause of her leg swelling. The peripheral lymphatics were normal, but the lymph nodes showed a ragged appearance with some small irregular filling defects ( Figure 2 ) consistent with the deposition of mucinous material carried from the PTM area.
Since her legs became elephantoid in early 1979, they have remained resistant to all forms of treatment including local steroids with occlusion dressings and systemic steroids.
The patient's hand changes were first noted in 1979 and have given her no trouble until recently when she complained of the thickening of the fingers as she was unable to get on her rings ( Figure 3 ). She has the clinical and radiological features of thyroid acropachy. The X-ray changes are diagnostic and consist of periosteal new bone formation, with an irregular, lacy and sometimes bubbly appearance most marked in the middiaphyseal areas of the metatarsals and metacarpals and phalanges (Moule et al. 1970 , Scanlon & Clemett 1964 ).
Discussion
The three complications of autoimmune thyroid disease, the ophthalmopathy, dermopathy and osteopathy, are well illustrated by this case report.
The criteria and classifications for the eye features of thyroid disease require a continuum of changes in the eyes from mere stare and lidlag to complete visual loss from corneal or optic nerve involvement (Werner 1972) . Eye signs are present in 50% of patients with thyrotoxicosis (Croft et al. 1977) , i.e. Graves' disease, but may also be present in other autoimmune thyroid disorders such as Hashimoto's thyroiditis. We feel the term 'dysthyroid eye disease' is more appropriate than exophthalmos in this group of patients, as exophthalmos merely means bulging or popping out of the eye. Dysthyroid eye disease describes not only the exophthalmic changes due to involvement of the retro-orbital tissues, but also includes chemosis, i.e. conjunctival involvement and the external ocular muscle involvement which produces diplopia. The striking feature of the eye symptoms and signs is a spontaneous evolution of the disorder in a manner similar to that in other diseases of altered immunity, such as rheumatoid arthritis. The eye becomes steadily worse over a period, usually one year to eighteen months. The process often halts and may from then on improve. These fluctuations are part of the natural history of the disease and are not influenced by treatment of thyroid function unless the patient is rendered hypothyroid and as a result develops orbital oedema.
Malignant exophthalmos is a term best left for that degree of eye disease which causes visual impairment requiring medical, if not surgical, decompression to prevent permanent visual loss. The management is primarily to ensure that permanent damage to vision is avoided during the acute stages of the disease. This may involve systemic steroids, tarsorrhaphy, or surgical decompression of the retro-orbital tissues. However, spontaneous resolution usually occurs in time and in the majority of patients the disease becomes quiescent.
In the present case, the eye symptoms and signs responded well to medical decompression in the early stages but they became much worse some two years later, requiring surgical decompression of both orbits with good objective results.
The combination of azathioprine and prednisolone may produce considerable and rapid regression of both eye and leg symptoms and signs, as in this case, but may also cause serious side effects. This is well illustrated in this patient who required a polya gastrectomy for a benign duodenal ulcer which had caused pyloric stenosis during the period of treatment with both drugs.
Pretibial myxoedema, though less common than dysthyroid eye disease, is a well recognized complication of autoimmune thyroid disease. Cairns (1979) described three clinical types of PTM: (1) sharply circumscribed, localized, nodular or tubular-like lesions; (2) a diffuse thickening with solid, non-pitting oedema; (3) an elephantoid leg caused by a combination of nodules and oedema. Our patient represents an extremely severe example of the elephantoid type of PTM.
The pathogenesis of PTM remains obscure, although the most commonly accepted hypothesis is that it is due to a local autoimmune phenomenon (Hetzel & Wall 1969 , Cheung et al. 1978 . We have recently reviewed the lymphatics of 6 patients with PTM (including this case) to determine whether they were implicated in the disease process: no primary lymphatic abnormality was found.
Thyroid acropachy is a curious and rare complication of autoimmune thyroid disease and consists of a triad of signs, namely digital clubbing, soft-tissue swelling of the hands and feet and periosteal new bone formation.
The term 'acropachy' is derived from two Greek roots and means literally 'thickening of the extremities'. Thyroid acropachy was first recognized as a clinical entity by Thomas in 1933 , and approximately 70 cases have been reported in the English literature (Goette 1980) . It is characterized by digital curving of the nails and thickening that mainly involves the metatarsals and phalanges, and is usually seen in conjunction with dysthyroid eye disease and PTM. Clinically the hand changes may be confused with those of hypertrophic pulmonary osteoarthropathy. The X-ray changes, however, are diagnostic as the new bone of thyroid acropachy is tangential to the axis of the shaft. The distribution is also helpful and the changes are often seen in the first metacarpal, although this was not a feature in this case.
Thyroid acropachy is a relatively benign condition which rarely causes distressing symptoms. It is, however, important to be aware of its existence, as accurate diagnosis of the condition will spare the patient a fruitless search for the more sinister causes of finger clubbing.
